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U.S.  Army  Office  of  the  Surgeon  General,  the  Department  of  the  Air  f  orce,  the  Department  of  the  Army 
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Introduction: 

MDA5  antibody  associated  idiopathic  inflammatory  myopathy  (IIM)  is  associated  with  an  increased  risk 
for  development  of  interstitial  lung  disease  (ILD),  may  be  more  resistant  to  corticosteroid  treatment  and  is 
often  rapidly  progressive.  Treatment  of  llM-associatcd  ILD  varies  with  use  of  corticosteroids,  DMARDs, 
and  biologic  treatments.  Plasmapheresis  may  effectively  treat  systemic  disease  by  removal  of  auto¬ 
antibodies,  immune  complexes  and  various  cytokines.  We  present  a  case  of  refractory  myositis  with 
significant  improvement  after  initiation  of  plasma  exchange. 

Case  Description: 

A  55  year  old  African  American  male  with  history  of  anti-MDA5  dermatomyositis  complicated  by  ILD 
on  tacrolimus  4mg  twice  daily,  prednisone  30mg  daily  and  monthly  intravenous  immune  globulin 
presented  acutely  with  severe  dyspnea,  dysphagia,  odynophagia  and  severe  weakness  while  undergoing 
prednisone  taper.  He  was  admitted  to  the  ICU  tachypneic  (22  resp/min),  tachycardic  (105  bpm), 
nomiotensive  and  afebrile.  Laboratory  assessment  revealed  creatine  kinase  (CK)  of  500  IU/L,  ESR  89 
mm/hr,  CRP  1.2  mg/dl  and  ferritin  2590  ng/ml.  Tacrolimus  trough  was  10.5  ng/ml.  Blood  gas  analysis 
demonstrated  pH  7.46,  with  CCh  32.9  mmHg  and  HCOj  22.8  mmoI/L. 

Bronchoscopy  demonstrated  tracheobronchitis  with  ulcerations,  and  he  received  acyclovir  for  empiric 
treatment  of  herpes  simplex  tracheobronchitis.  Endoscopy  revealed  esophagitis  and  gastritis,  and  the 
patient  was  treated  empirically  for  Candida  esophagitis. 


After  initiation  of  empiric  infectious  treatment,  pulse  dose  methylprednisolone  was  administered  (1  gram 
IV  daily  x3)  followed  by  prednisone  1  mg/kg  daily.  Tacrolimus  was  continued,  The  patient  continued  to 
have  unwavering  symptoms  with  respiratory  distress.  A  live  day  course  of  plasmapheresis  was  initiated 
on  hospital  day  eight.  Subsequently  his  respiratory  acid- base  imbalance  improved  with  normalization  of 
the  pH,  COj  and  I  ICO?  by  hospital  day  1 7.  On  hospital  day  21,  his  CK  had  decreased  to  63  1U/L  and  he 
was  discharged. 

Discussion: 

Plasma  exchange  currently  carries  a  grade  IV  recommendation  in  treatment  of  IIM.  Our  patient  received 
robust  immunosuppressive  therapy  alongside  empiric  infectious  treatment,  and  plasma  exchange  was 
attempted  as  a  last  resort  effort  to  hall  rapid  disease  progression.  Following  plasma  exchange,  the  patient 
had  improvement  of  hypocarbic  respiratory  alkalosis  and  reversal  of  myositis  with  resolution  of 
dysphagia/odynophagia  and  normalization  of  peripheral  muscle  strength, 

Conclusion: 

We  present  a  case  of  anti-MDA5  dermatomyositis  with  severe  ILD  refractory  to  IV  methylprednisolone 
treatment,  who  then  responded  dramatically  to  plasma  exchange.  Our  patient's  response  to  plasma 
exchange  suggests  a  potential  pathogenic  role  of  the  MDA5  antibody.  In  other  similar  cases  of  M  DAS 
polymyositis  refractory  to  standard  therapy,  plasma  exchange  may  be  strongly  considered. 
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